He was admitted to hospital under Dr. Stephen Gold and treatment with a saline drip containing ACTH 20 units and heparin 1,000 units, given daily for eight hours, was commenced on 29.11.54. This produced complete control of the symptoms within forty-eight hours. Bulls dried up, and lichen planus lesions flattened, leaving widespread local hyperpigmentation in both lichen planus and bullous areas (Figs. I and 2) . A blood count on 6.12.54 still showed a leucocytosis (total 15,600; polys. 65 %, lymphos. 28%, monos. 2 %, eosinos. 5%). Treatment with ACTH is being continued. Comment.-The occurrence of vesicles and bullke in lichen planus is not uncommon. In general these vesicles arise on lichen planus papules, are not extensive and are of short duration. There appears to be a group, however, where the bulle are an extensive and dominant feature and it was for this group that Kaposi in 1892 (Arch. Derm. Syph., Berl., 24, 344) coined the term "Lichen-Ruber Pemphigoides".
The salient features of the few reported cases of this condition seem to be: (1) An outbreak of widespread lichen planus in scattered lesions and plaques. (2) An abrupt bullous attack with bulle most numerous on the extremities and a tendency to grouping. (3) The bullk are thick-walled, rupture with difficulty and vary in size up to 7 to 10 cm. in diameter. They occur on lichen planus lesions, erythematous lesions or on normal skin. (4) There is an associated polymorph leucocytosis with some increase in eosinophils.
Whether or not on the grounds of this clinical picture one should accept lichen planus pemphigoides as an entity in itself or look on it as another variant of lichen planus bullosa is a problem for discussion. Or should we postulate here, as Pautrier did in 1933 (Bull. Soc. fran.C Derm. Syph., 40, 1137) when he described a similar case and as I did myself at first, the presence of two dermatoses, lichen planus and dermatitis herpetiformis, in association. The occurrence of vesicles on lichen planus lesions is a normal histological possibility but can bulle which arise on normal skin be considered as lichen planus? I personally am in favour of calling this lichen planus pemphigoides and not lichen planus with dermatitis herpetiformis, firstly, because of the rapid response to comparatively small doses of ACTH-dermatitis herpetiformis usually requires much larger doses to bring it under control; secondly, the lack of any response to sulphapyridine is also against a diagnosis of dermatitis herpetiformis, and, lastly, the healing of all the lesions, including the large bullk, has left a residual pigmentation which is much more suggestive of lichen planus.
Dr. H. Haber:
A characteristic lichen planus papule shows the following histology: There is solid hyperkeratosis, patchy parakeratosis acanthosis and serrated appearance of the papillary body. Immediately under the epidermis there is a sharply defined dense infiltration consisting of round cells and a few histiocytes. The infiltrate invades the lower parts of the epidermis leading to blurring of the epidermodermal junction and also to cedema of the basal cell layer. The disturbance created by the cedema of the basal cell layer leads to pigmentary incontinence as shown by the presence of many chromatophores heavily laden with melanin. The cedema also leads to the formation of characteristic clefts. If the exudation attains wider proportions the clefts can be widened to produce subepidermal bullk. But bulke may also be formed under the stratum corneum. It is known that bullk may also appear in cases of acute lichen planus independent of pre-existent papules. This is shown clearly in the case under discussion. The case is typical lichen planus pemphigoides. Under certain circumstances bulls may occur in chronic lichen planus of the legs. Here the lichen planus papules undergo atrophy. The epidermis is reduced to a few layers only. The papillary body shows marked sclerosis of its collagen. The infiltrate is mild. The epidermodermal cohesion, however, has suffered. Stasis leads to the accumulation of fluid and total separation of the epidermis from the dermis to produce a subepidermal bulla. Such a case has been shown by Dr. L. Forman and myself (1950, Proc. R. Soc. Med., 43, 171 Treatment and progress.-This patient has been for the most part under the care of Mr. Jan Robin. Exacerbations of acute infection responded to streptomycin and Terramycin at different times. Calciferol and streptomycin produced no improvement.
In September 1954 he was admitted to St. Mary's Hospital when his general condition was very poor and he was deteriorating rapidly.
The following X-ray treatment was advised and carried out by Dr. M. Hulbert-1I daily treatments of 200 r lesion dose, at 220 kV, 2 mm. Cu H.V.L., 12-5 mA, 50 cm. F.S.).; using two lateral opposing fields lOx 8 cm. There was a marked regression of the lesion and there now appears to be no evidence of an active inflammatory process.
Comment.-Since,McBride wrote of a case of "Rapid Destruction of the Face" in 1897 (J. Laryng., 12, 64) there have been many accounts under different names of similar non-specific chronic inflammatory lesions of the face producing marked destruction of tissue and ultimate death of the patient. The title of this case was used for its completeness in describing the clinical picture.
Radium and X-tays have been used in treatment with variable results. Dr. I. B. Sneddon: I would accept the diagnosis as the case is very like the one Dr. J. Colquhoun and I published in 1952 (Brit. med. J., i, 298). I should like to take this opportunity of reporting that although the original lesion in the nose of our patient cleared with treatment the granulomatous process recurred in the pharynx eighteen months later and after several months the patient died. At autopsy no abnormality other than the granuloma could be found. There was no evidence of metastasis or of periarteritis nodosa.
Since then I have had another case, a woman of 35, who had had two attacks both associated with pregnancy. After a long period in hospital with no response to antibiotics the granuloma was controlled by X-ray therapy in a dose of 2,500 r. By the time the disease had been stopped she had lost her entire central face. She has a space from the frontal bone to her mandible. Now eighteen months after the X-ray treatment the disease is quiescent. She is well in herself and runs a public house serving behind the bar wearing a yashmak. ACTH was tried at one stage but produced such a rapid spread of the inflammatory reaction that it had to be stopped.
In my opinion the granuloma is a peculiar tissue reaction of the host similar to a pyogenic granuloma produced by infection with pyogenic organisms.
Dr. Brian Russell: Could this not be a non-specific granuloma or perhaps lupus of the nose with secondary infection? Good results used to be obtained with X-rays in lupus, which might explain the favourable result in this case.
Dr. Hugh Gordon: This case reminds me of one which I saw at the Royal Marsden Hospital in 1952. The patient was said to have had a chronic boil in his left nostril which had been present for about a month. This had not responded to large doses of penicillin by injection and an antibiotic locally. On examination we had not the slightest doubt that the lesion was an epithelioma. A section was taken and a plaster cast prepared for the ensuing radiotherapy which was in fact ordered.
We were somewhat startled when the pathological report came through "simple granuloma, no sign of malignancy". A second biopsy and a Wassermann both proved negative.
At that time I saw Dr. Sneddon's article in the British Medical Journal describing his case of a malignant granuloma of the nose and I felt that our case must be an example of this condition. Consequently we put him on vast doses of Chloromycetin. Unfortunately, however, the granuloma steadily increased in size, and the whole nose became swollen and painful. I admitted him to hospital and asked an E.N.T. colleague to scrape out thoroughly the whole lesion under a general anxesthetic. Pathological examination was again negative for carcinoma and bacteriologically Staphylococcus aureus only was found which was said to be penicillin-sensitive. I asked Dr. Sneddon's advice, and he advised radical surgery.
Operation.-Mr. W. A. Mill, at the Royal Marsden Hospital, removed the entire nose as far back as the ethmoid processes and part of the upper lip. Sections performed disclosed an undoubted carcinoma which bad not as yet invaded bone. The patient after various plastic procedures has been fitted with a prosthetic nose and is tolerably comfortable and well.
Our chief regret is that we did not disregard the first pathological report and did not treat him with 6,000 r in split doses as originally intended since by so doing we would almost undoubtedly have cured him and saved his nose.
Dr. R. D. Sweet: I have had only one case, much more rapid in its course than those mentioned, as the total history to death was only five months. There was no response to 1,800 r nor to ACTH. Both cheeks, the nose and the whole of the palate were involved but a thorough search after death yielded no evidence of any underlying neoplasm. The most impressive feature of these horrible cases is the utter lack of any form of resistance-no leucocytosis, no fever and even no pain, as witnessed by Dr History.-She was well until three years ago when gradual swelling of the ankles appeared; this increased and slowly spread to involve the legs and knees. At about the same time nodules began to appear in the skin about the ankles. These started as pink nodules which became larger and turned in colour to the present reddish-purple of her older lesions. Further lesions appeared progressively involving the legs, arms, neck and trunk. New lesions were observed to appear during her recent period in hospital.
She had a winter cough and dyspncea on effort but no chest pain. She had had some abdominal discomfort recently.
Past history.-Typhus fever; 1943-pneumonia; 1951 -course of gold injections for "rheumatism."
On examination.-Elderly woman. No adenopathy or clinical anemia.
C.V.S.: No signs of congestive failure. B.P. 230/105. Respiratory system: No clubbing or tracheal deviation. Impaired percussion note and diminished air entry in left third interspace anteriorly.
Skin: Firm pitting cedema of legs up to lower thighs. Numerous purplish, raised, indurated nodules on ankles and legs becoming coalescent about ankles (Fig. 1 ) with a few similar lesions on arms, neck and trunk.
UJrine: Protein-a trace. A few red and white cells. 
